Sarcoidosis in children is relatively uncommon. The diagnosis is often made at a much later stage in the disease than in adults.' Studies in the United States have shown that the disease is more common in black children than Caucasians, reflecting the relative incidence in adults in the same area. 2 Joint involvement in children is rare, with only 13 cases being previously reported.3`6 A case of sarcoid arthritis is described in a Caucasian child with many of the distinctive clinical features of the disease.
Case report
A girl aged 8 years 10 months of Welsh descent was seen in February 1981 at the University Hospital of Wales with an 8-month history of weight loss and shortness of breath together with painless knee and ankle effusions for 1 8 months. She was the fourth of 5 children, and her parents and siblings were alive and well. She had been in good health and had developed normally until the age of 41 years, when she developed persistent erythema nodosum, predominantly on the legs but also on the arms. She was otherwise well, and repeated blood counts and antistreptolysin titres, erythrocyte sedimentation rates, and chest x-rays remained normal. Serum rheumatoid factor was never found, and Mantoux tests were repeatedly negative.
In June 1979 she developed painless effusions in her knees and later her ankles. There was no therapeutic response to salicylates. One year later, now aged 8 years, she had early finger clubbing, her liver and spleen had become palpable, and her elbow Laboratory tests showed haemoglobin 12-5 g/dl, leucocytes 6-9 x 109/l, ESR 8 mm/h, liver function tests normal, IgM 0-2 g/l, other immunoglobulins normal. Serum rheumatoid factor, antinuclear antibody, smooth muscle antibody, and mitochondrial antibodies were not present. Chest x-ray showed bilateral hilar and right paratracheal lymphadenopathy with a 'ground-glass' appearance throughout both lung fields (Fig. 2) . X-rays of knees and ankles revealed effusions with extensive periarticular soft tissue shadowing but no erosions or cartilage loss. A marked restrictive pattern was recorded on respiratory function tests, PFR 115 1/min, FEV, 0 35 1, FVC 0-48 1. Serum angiotensin converting enzyme level was markedly elevated at 165 IU/I (the upper limit of normal at our laboratory for a child of her age is 65 IU/l). 20 ml of inflammatory synovial fluid with a protein content of 35 g/l and negative rheumatoid factor were aspirated from each knee. Liver biopsy showed noncaseating granulomata typical of sarcoidosis (Fig. 3) . Fig. 1 Erythema nodosum is a feature of inflammatory bowel disease but our patient had no bowel involvement. The other features of this case, namely, the marked degree of hepatosplenomegaly, minimal loss of joint function, and lack of radiographic change after an unremitting course for several years, involvement of tendon sheaths, lack of response to salicylates, and finally lung involvement are typical of childhood sarcoid arthritis, but none is pathognomonic. Estimation, of serum angiotensin converting enzyme can be useful both in the diagnosis of active sarcoidosis and in following the response to treatment.
There have been no long-term studies of children with sarcoid arthritis. Those studies of children with sarcoidosis but without joint involvement reveal a poorer prognosis in those with extrathoracic disease.' "' It is encouraging that this patient has made a good clinical, radiological, and biochemical response to steroid therapy and has not at any time showed evidence of uveitis, but there is still clinical evidence of disease activity. The prognosis must therefore remain guarded.
